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These findings create a diagnostic dilemma for the physician. Objective measures of bipolar cell function can be fundamental to making the diagnosis, with on-off responses during electroretinography (ERG) showing a characteristic b-wave depression. 4 This result can be supported by immunohistochemical analysis, indirect immunoassay, and Western blotting for autoantibodies to bipolar cells 5 ; however, although these laboratory tests are used in investigative studies, they have not been established as clinically useful.
Case Description | This case was first reported in 1988, when a man in his 30s reported to his ophthalmologist that he had been experiencing left-eye photosensitivity, visual aura, constriction of the peripheral visual field, and impaired night vision.
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An ERG revealed a decrease in bipolar cell function, which had previously been described in cases of antibodies targeting the retina. This result led to an extensive search for a primary source of cancer that uncovered metastatic melanoma 2 years after the onset of his visual symptoms. He underwent surgical cytoreduction for melanoma. Treatment is generally cytoreduction, chemotherapy, radiotherapy, and intravenous immunoglobulin therapy. 6 Twenty-eight years later, the patient returned to our clinic for follow-up. His only concern was nyctolopia, worse in the left eye, which had been present and stable since his initial presentation, although it had improved after the treatment for melanoma. An ophthalmologic examination was notable only for lattice degeneration of the retina in his left eye. Follow-up ERG testing showed residual b-wave depression of the on-off response (bipolar cell function) in the left eye compared with the right eye. A comparison with his ERG obtained 28 years earlier showed marked improvements in both eyes ( Figure) . The on-off responses, however, indicated a persistent deficit in the response of the left eye compared with that of the right eye, which had preserved waveform morphologic features. 
OBSERVATION

Ischemic Retinal Vascular Disease in an Infant With Hemophagocytic Lymphohistiocytosis
Rare cases of ocular findings have been reported in infants with hemophagocytic lymphohistiocytosis (HLH). We report a case of ischemic retinal vascular disease in an infant with HLH.
Report of a Case | A baby boy was delivered at 34 weeks (weighing 2020 g) for decreased fetal movement after possible exposure to a viral illness. At day 4 of life, he was transferred to a tertiary care center for anemia, thrombocytopenia, maculopapular skin lesions, and liver dysfunction. He fulfilled 7 of 8 diagnostic criteria for HLH with fever, splenomegaly, cytopenia, hypertriglyceridemia, elevated serum ferritin level, elevated serum soluble IL-2R level, and a bone marrow biopsy specimen demonstrating hemophagocytosis. 1 A punch biopsy specimen of a skin lesion showed a dense histiocytic infiltrate, which stained positively for CD68 glycoprotein. The results of an extensive workup were negative for any potential infectious triggers. Molecular genetics confirmed the presence of a mutation in PRF1, indicating a significant likelihood of the familial form of HLH.
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At 5 months, the boy had an examination prior to a bone marrow transplant that revealed macular dragging in the right eye and peripheral retinal nonperfusion and neovascularization ( Figure 1A) . Handheld optical coherence tomography showed contraction and elevation of the preretinal tissue with retinal schisis around the optic nerve and retinal thickening secondary to epiretinal membrane in the right eye (Bioptigen Inc) (Figure 2) . Fluorescein angiography showed inferotemporal dragging of the retinal vessels in the right eye and peripheral nonperfusion, vascular loops at the junction of vascular and avascular retina, and telangiectatic vascular changes with late leakage in each eye ( Figure 1A ). Laser photocoagulation was performed for all areas of nonperfusion in both eyes. Three months later, the boy was able to fix and follow with each eye, and fluorescein angiography revealed a decrease in leakage in each eye. Persistent areas of nonperfusion were treated with additional laser ( Figure 1B ).
Discussion | Hemophagocytic lymphohistiocytosis is a rare, often fatal disease seen most commonly in infancy and caused by the uncontrolled proliferation of activated lymphocytes and macrophages. , and substantial platelet consumption, contributing to retinal ischemia and vaso-occlusive disease, which were previously not described in infants with HLH. To our knowledge, there are only 14 published case reports of ophthalmic findings in patients with HLH manifesting with retinal hemorrhages, retinal detachment, uveitis, pigment epithelial detachment, macular and optic disc edema, and Purtscher-like retinopathy.
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